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wide spaced eyes, prominent epicanthal folds, ptosis, ears are low
set, webbing of neck, pectus deformity of chest, and wide spaced
nipples. The mutation in the Ras/MAPK pathway – PTPN11 gene,
KRAS, SOS1, RAF1, SHOC2 gene mutation isolated in Noonans
syndrome. Cardiovascular involvement is seen in 80% of cases,
pulmonary valve stenosis most common, in 25–35% cases valve is
dysplastic and associatedwith ASD, hypertrophic cardiomyopathy
is present in 20% of cases with variable presentation and severity.
Left sided obstructive lesions may develop in adulthood, coarcta-
tion of aorta occasionally described with 12.8% of cases, mitral
valve anomalies have been described.
Case report: A 12-year-old child presented with class-2 breath-
lessness, poor gain in weight on examination, patient pulse
rate = 78/mt with radio-femoral delay, blood pressure in upper
limb – 130/90 and lower limb was 80/60 mm of Hg, epicanthal
folds, hypertelorism, low hair line, webbed neck cvs-s1s2, ejection
click with ESM, RS-normal, chest X-ray was showing rib erosion
and 2D echo was showing gradient across the aorta with AML cleft
mitral valve with severe eccentric mitral regurgitation. Aortic
angiography was done, coarctation conﬁrmed with gradient of
58 mm of Hg. Patient was referred to CT SURGERY department
for surgical management.
Discussion: Coarctation of aorta accounts 6–8% of congenital heart
disease. This can occur in isolation or associated anomalies,
bicuspid aortic valve (85%), parachute mitral valve, shunt lesions
like patent ductus arteriosus, ventricular septal defect, cerebral
aneurysm (3%). Coarctation of aorta symptomatic in early infancy
and after 20–30 years. The major symptoms are congestive heart
failure, rupture or dissection of aorta, infective endocarditis, cere-
bral hemorrhage. When associated with mitral regurgitation will
increase left ventricular enddiastolic volume andpreload. This can
be associated with syndromes like Turners syndrome, Noonans
syndrome. Usually chest X-raymay show notching of ribs, 2D echo
may show gradient across the aorta by Doppler evaluation, angio-
graphy remains the gold standard evaluating coarctation of aorta.
It can be treated surgically or by percutaneous intervention. Sur-
gically, coarctation treated with resection and end-to-end anasto-
mosis, prosthetic patch aortaplasty, left subclavian ﬂap
aortaplasty. Percutaneous balloon angioplasty and stenting as
percutaneous intervention.
Conclusion: A rare association – Noonans syndrome with coarcta-
tion of aorta and cleft anterior mitral leaﬂet is being reported.
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Lutembacher's syndrome is a rare heart disease, comprises of ASD
(congenital or acquired) ostium secundum defect with mitral ste-
nosis (rheumatic origin). The patient Mrs. Gangamma a 50-year-
old woman, nondiabetic, nonhypertensive, nonsmoker admitted
in our hospital (RRMCH Bangalore) on 22/01/2015 with the com-
plaints of breathlessness and chest pain for 4–5 months, cough for
4–5 months. Breathlessness is more in lying position and also
during exertion. Her breathlessness status is qualiﬁed as NYHA–
class-III (New York Heart Association). Patient is a known case of
Rheumatoid Arthritis from past 10 years. There was history of
recurrent attack of Rheumatic fever. And within last 2 years, she
developed several episodes of respiratory distress. Subsequently,
she developed MS from rheumatic carditis. ASD was congenital in
origin. On examination, pulse was 80 beats/min, small volume
pulse, regular, BP – 120/80 mmHg, JVP was raised, ankle odema
present. Precordial examination reveals early systolic murmur on
pulmonary area andmid diastolicmurmur onmitral area. Respira-
tory system examination reveals bilateral basal creps. If diagnosis
could be done earlier, surgical catheter closure of ASD with repla-
cement of mitral valve bears a good prognostic value. Our patient
has moderate MS (MVOA: 1.2 cm2) with severe pulmonary hyper-
tension (PASP: 65–70 mmHg). So early PTMC (percutaneous trans-
mitral commissurotomy) of the MS gives good clinical
improvement for the patient. Our patientwas treatedwith digoxin,
diuretics, ACE inhibitors and the patient improved signiﬁcantly. So
here is a rare case of Lutembacher's syndrome (moderate MS with
ASD ostium secundum defect with severe PAH) associated with
rheumatoid arthritis.
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Introduction: Tetralogy of Fallot is the most common cyanotic
congenital heart disease reaching adult life without surgical inter-
vention. Surgical intervention in adult Tetralogy of Fallot is chal-
lenging and often complicated by residual cardiac defect.
Methods
1. Of 38 patientswith diagnosis of adult TOF (between Jan 2012
and Jan2014) 5 required palliative catheter intervention
procedures.
2. Patients (deemedhigh risk for intracardiac repair) with prior
history of BT shunt underwent stent angioplasty to BT
shunt with excellent results. Both patients underwent
intracardiac repair later.
3. Patient (aged 23 years) presented with a resistant hypercy-
notic spell due to hyperviscosity syndrome. He underwent
palliative RVOT stenting with excellent result. He under-
went intracardiac repair with RVOT reconstruction with
bioprosthetic valve with excellent result.
4. Patient (age 17 years) after intracardiac repair had a very
large VSD. He was ventilator and inotrope dependent for a
week. Hewas subjected toVSDdevice closurewith excellent
outcome.
5. Patient developed severe pulmonary artery bifurcation
stenosis after RV-PA conduit repair. He underwent bilateral
PA angioplasty with balloon expandable stents (SKS
strategy) with excellent outcome.
Result: All 5 patients with palliative catheter intervention had an
excellent outcome. They are on close medical follow up.
Conclusion: Palliative catheter intervention in patients with adult
TOF plays a signiﬁcant role in improving overall outcome in this
challenging subset of congenital heart disease.
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